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Rheumatoid arthritis is a systemic disease with manifestations in many organs. In most cases, involvement
of the locomotor system dominates the clinical picture. However, extra-articular manifestations can be
detected in almost any organ system with varied incidence in different series. Ophthalmic presentations
include Sjogren’s syndrome, episcleritis, and scleritis. The most severe form of scleritis, scleromalacia
perforans, is a very rare ophthalmic manifestation. We present the case of a 60-year-old man who had
had rheumatoid arthritis for more than 10 years. He had scleromalacia perforans but no other extra-articular
manifestations.
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Rheumatoid arthritis is a systemic disease with manifes-
tations in many organs. In most cases, involvement of the
locomotor system dominates the clinical picture. However,
extra-articular manifestations can be detected in almost any
organ system with varied incidence in different series [1,2].
Ophthalmic presentations include Sjogren’s syndrome,
episcleritis, and scleritis [3]. The most severe form of scleritis,
scleromalacia perforans, is a very rare ophthalmic mani-
festation in rheumatoid arthritis [3]. We describe and review
this rare extra-articular presentation.
CASE PRESENTATION
A 60-year-old male had been suffering from chronic sym-
metric polyarthritis in both wrists, proximal (PIP) and
distal interphalangeal (DIP) joints, knees, and ankles for
more than 10 years. He had been diagnosed with rheumatoid
arthritis and took medication irregularly, including un-
known doses of analgesic, prednisolone, and metho-
trexate. He visited our hospital because he had exacer-
bated morning stiffness for more than 1 hour in both hands,
fatigue, weakness, and chest pain. After admission, physical
examination showed local tenderness over both wrists,
metacarpophalangeal (MCP) and PIP joints, and the right
knee. Some pigmented discolored patches with some
effacement were noticed over his left sclera, but there was
no prominent inflammation surrounding these lesions.
Laboratory data revealed elevated erythrocyte sedimen-
tation rate (46 mm/hr, Westergren method), C-reactive
protein (13 µg/mL), and rheumatoid factor (RF; 250 IU/
mL). Other immunologic data, including antinuclear
antibody, Ro, La, cryoglobulinemia, anti-hepatitis C virus
antibody, and hepatitis B surface antigen, were negative,
and complement C3 and C4 were within normal limits.
Roentgenography of both hands revealed osteoporosis, joint
space narrowing over the right second, third, fourth, and
fifth DIP and PIP joints and left third and fourth MCP, PIP,
and DIP joints. The eye lesion is shown in the Figure. We
consulted an ophthalmologist, who confirmed the diagnosis
of scleromalacia perforans.
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DISCUSSION
We reviewed the literature regarding the association of
arthritis with scleromalacia perforans and found 21 articles.
Cohen et al noted a relatively low prevalence of extra-articular
manifestations of rheumatoid arthritis in Chinese patients
compared with Caucasian patients [4]. Riono et al reported 55
cases of scleritis and classified them into four groups according
to their histopathology and association with systemic disease
or infection. One-quarter were associated with systemic
rheumatic diseases, especially rheumatoid arthritis [5], and
fulfilled the American Rheumatism Association 1987 clas-
sification criteria for rheumatoid arthritis [6]. The specific form
of scleritis, also called anterior necrotizing scleritis without
inflammation, typically occurs in female patients with long-
standing seropositive rheumatoid arthritis. The condition is
asymptomatic and starts with a yellow necrotic scleral patch in
the normal sclera. Eventually, large areas of the underlying
uvea become exposed due to scleral thinning [5].
Scleromalacia perforans can be idiopathic or secondary to
other autoimmune diseases, including rheumatoid arthritis,
Crohn’s disease, ulcerative colitis, vasculitis, and systemic
lupus erythematosus [6–9]. Several case reports of scleromalacia
perforans have shown an association with rheumatoid arthritis
[10–12]. This rare severe form of scleritis can be attributed to
vasculitis, which may be a result of immune complex-mediated
pathogenesis. The high level of RF in our case suggested the
potential formation of immune complexes. Drossaers-Bakker
et al showed that high RF titers predispose patients to develop
severe and unremitting disease, nodules, and extra-articular
lesions [13]. However, our case had no other symptoms of
extra-articular manifestation, including rheumatoid nodules,
pleuritis, purpura, and dry eyes. The formation of scleromalacia
was painless, so the patient did not pay much attention to his
eye lesion. The articular symptoms improved after he resumed
taking rofecoxib 50 mg/day, prednisolone 10 mg/day, and
methotrexate 10 mg/week. There are no effective treatment
modalities for thinning sclera. However, scleromalacia rarely
perforates spontaneously, except in the case of high-pressure
glaucoma.
This rare eye presentation can be prevented by early
intervention with anti-inflammatory therapy, including
disease-modifying anti-rheumatic drugs. A high titer of RF
could predispose to this complication. Rheumatoid arthritis
patients with high RF titers should be assessed carefully
and treated aggressively.
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Figure. Scleromalacia without inflammation over the right eye.
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